Proceedings of the Royal Society of Medicine 24 than left. The child is unable to walk alone but walks with assistance ; shows tremors of both arms and legs when agitated. Kneeand ankle-jerks present, right greater than left; no ankle clonus. Plantar reflexes: Right extensor, left indefinite. Sphincters incontinent. Other systems normal. Cerebrospinal fluid normal in all respects and blood Wassermann reaction negative.
Mentally, the child is backward, as judged from his general behaviour. He is able to use onlv one or two words and could not build a tower of wooden bricks more successfully than a child of 18 months of age.
Commentary. Bielschowsky has described a type of late infantile amaurotic idiocy, forming a group intermediate between Tay-Sachs disease and Batten-Mayou (lisease. The affection is said to begin in the fourth year and the ocular changes consist in optic atrophy without a definite macular lesion. Histologically the appearances are somewhat similar to those seen in cases of the Tay-Sachs and Batten-Mayou types. That Tay-Sachs disease, however, may set in relatively late is suggested by the case reported by Greenfield and Nevin, in which the affection appeared at the age of 2 years, while cases of the Batten-Mayou type have been reported as occurring in the second and third year (Torrance, Vogt and Batten). Those who regard Tay-Sachs disease and Batten-Mayou disease as one entity see a connecting link in these intermediate cases. In view of the rarity of these atypical cases and the doubtful nature of at least some of them, this contention cannot be accepted as proved. There is, moreover, much evidence, both clinical and pathological, that Tav-Sachs disease and Batten-Mayou disease are not at all allied. Mrs. B. was first seen in 1933 at the age of 50. She complained of unsteadiness in walking and numbness and tingling in both hands and feet. The onset had occurred a year previously (five years ago) with numbness in the feet only. Unsteadiness in walking gradually developed and numbness and tingling appeared later in both hands. On examination, she showed normal cranial nerves, absent knee-and ankle-jerks, and an ataxic gait with Rombergism. The right plantar reflex was flexor and the left indefinite. The abdominal reflexes were absent, and vibration sense was diminished in the legs.
A blood-count showed R.B.C. 6,800,000; Hb. 124%0; C.I. 0 9. The cerebrospinal fluid showed no abnormality and there was no definite achlorhydria.
She was seen again in 1935. The gait was more ataxic but the other symptoms and signs remained unaltered. A blood-count showed R.B.C. 6,250,000; Hb. 120%, C.T. 0.96; W.B.C. 19,000. Present condition.-Cranial nerves normal; paraesthesia of booth hands and legs with cramp-like sensations in the left leg. Cutaneous sensation to cotton-wool is diminished at the extremities. Postural sense is lost in the feet and in the right hand, and vibration sense is absent over both legs and in the right arm; stereognostic sense is also poor in the right hand. The arms and legs show a full range of movement with fair power ; there is slight cedema of both legs. The right supinator jerk is brisker than the left ; the biceps and triceps jerks cannot be elicited, and the knee-and anklejerks are absent. There is no wasting. The abdominal reflexes are absent and the right plantar reflex is flexor, the left being somewhat indefinite. There is slight cedema of both legs. Ataxia is pronounced; the patient can walk only with the aid of two supporters. Co-ordination of the arms is also defective.
Heart normal; pulse-rate 76. Blood-pressure 160/100; liver and spleen not felt. Blood-count: R.B.C. 5,370,000; Hb. 88%; C.I. 0-82; W.B.C. 10,500. Differential count normal. No tendency to megalocytosis or poikilocytosis and no nucleated or basophil forms. Cerebrospinal fluid: 1 small lymphocyte per c.mm. total protein 0-025%; no excess of globulin. Wassermann, Kahn, and Lange reactions negative. Fractional gastric analysis : No free hydrochloric acid in resting gastric juice but excess from three-quarters of an hour to two hours after test meal.
Largest rise, 0.327% free hydrochloric acid at one hour. At two and a half hours the gastric juice shows only 0.073% free hydrochloric acid.
Commentary.-This is a most unusual case in that symptoms resembling those of subacute combined degeneration of the cord are seen in association not with ansemia, but with polycythaemia. Most of us are familiar with cases of true subacute combined degeneration in which there is no anaemia or in which anaemia develops at a later stage. This case has now been under observation for four years, and it is seen that the polycythaemia is gradually decreasing. At the same time, however, there is no constant achlorhydria.
At the present stage it is not suggested that the neurological condition in this patient is identical with that of true subacute combined degeneration, but it will be interesting to see what happens to the blood picture in the future. The symptoms and signs resemble those of true subacute combined degeneration in the paraesthesia, numbness, loss of sensation of different types, absent kneeand ankle-jerks and ataxia. The muscles are well developed, with fairly normal tone and with full range of movement and moderate power. Further, the electrical reactions are normal. Consequently, spinal cord lesions are more probable than a peripheral neuritis. The condition has been steadily progressive.
Neither spleen nor liver is enlarged.
Discussion.-Dr. F. PARKES WEBER said that this was a case of Gaisbock's polycythemia hypertonica, which was different from the polycythoemia of the Vaquez type, sometimes associated with gross thrombosis. In Gaisbock's polycyth8emia there was rather high blood-pressure, almost always without obvious splenomegaly.
Dr. E. A. CARMICHAEL said it was unfortunate that the term "subacute combined degeneration" was not limited to the condition in which there were lnervous symptoms associated with a megalocytic anmemia; this syndrome had a definite pathology, and on that account the term should be limited to this condition. In the cases with other types of blood disease it might be preferable simply to report them as " cases with nervous manifestations" and wait for post-inortem evidence as to the site and character of the lesion.
Professor P. C. CLOAKE said that he had seen cerebral thrombosis in polycythEemia hypertonica. The spleen was not enlarged, and there was no splenomegaly clinically.
Dr. CRITCHLEY said that this should not be reported as a case of subacute combined degeneration, as there was hydrochloric acid in abundance. He thought it was polycythaemia with a vascular lesion of the cord or with a peripheral neuritis.
Dr. H. G. GARLAND said he also thought that the case was not one of subacute combined degeneration; there was no evidence of any lesion of the cord.
Dr. WORSTER-DROUGHT (in reply) said that he had not previously seen or heard of such a condition in association with polycythmemia. The ataxia was more profound than in the ordinary case of subacute combined degeneration of the cord.
